CONTEXT: Tuberous sclerosis complex (TSC) is a genetic disease in the group known as neurocutaneous syndromes, with dominant autosomal inheritance. It is characterized by skin and adnexal lesions and central and peripheral nervous system tumors, with neurological and psychiatric findings. It may affect the heart, kidneys, eyes, face, bones, lungs, stomach and dentition. CASE REPORT: We present the case of a 66-year-old man with dermatological signs that included hypopigmented maculae, confetti-like lesions, shagreen plaque, angiofibromas on nasolabial folds, neck and back, nail dystrophy and periungual fibromas on fingers and toes. An electroencephalogram produced normal results, but magnetic resonance imaging showed a nodular image measuring 1.2 x 1.0 cm close to the Monro foramen, which was similar to cerebral parenchyma and compatible with a subependymal giant-cell astrocytoma. A conservative approach was taken, through control imaging examinations on the lesion for seven years, with absence of any expansive process or neurological symptoms. Abdominal ultrasonography revealed a solid, heterogenic and echogenic mass with a calcified focus, measuring 4.6 x 3.4 cm, in the right kidney, compatible with angiomyolipoma. The patient was treated by means of complete nephrectomy because of malignant areas seen on histopathological examination and died one month after the procedure. This case report illustrates the importance of oral clinical findings such as dental enamel pits and angiofibromas in making an early diagnosis of TSC, with subsequent screening examinations, treatment and genetic counseling.
INTRODUCTION

Tuberous sclerosis complex (TSC) or Bourneville's disease, is a neurocutaneous syndrome (registered in the Online Mendelian
Inheritance in Man as MIM 191100) characterized by autosomal dominant inheritance, with high prevalence of de novo mutations and variable expression. [1] [2] [3] Among the reported findings, lesions of the skin, adnexa, central nervous system, heart, kidneys and other organs stand out. [1] [2] [3] [4] The prevalence is estimated to be 1:6000 live births, 2, 5 and two thirds of all cases do not have any familial history. 2, 4 The phenotypic expression of TSC is highly variable and, in some cases, it may be difficult to establish a definitive clinical diagnosis. 3 Generally, the diagnosis is made based on multiple clinical criteria that are categorized into major and minor features. At the Tuberous Sclerosis Consensus Conference of 1998, the clinical diagnostic criteria of TSC were revised and a new classification system based on major and minor findings was established. 6 The presence of two major features, or one major and two minor features, is sufficient for a definitive diagnosis. [1] [2] [3] [4] Over recent years, mutation analysis has become an additional diagnostic tool in cases of familial as well as sporadic TSC.
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Two disease-determining genes have been defined, named TSC1 and TSC2, on chromosomes 9q34 and 16p13, respectively.
The TSC1 gene has 23 exons and its protein product is hamartin.
The TSC2 gene has 41 exons in the coding region and a leader exon with a transcript that exists as multiple isoforms; its protein product is tuberin. Both hamartin and tuberin are tumor-suppressor proteins that are involved in cell growth and differentiation. 7 Considering the rarity of diagnosing TSC based on oral lesions, the aim of this paper was to present a case report with emphasis on the importance of identifying of dental enamel pits and oral angiofibromas for diagnosing this disease.
CASE REPORT
A 66-year-old non-Caucasian man was referred to the Stomatology Clinic of the State University of Montes Claros Prior approval to report on this case was obtained from the Institutional Ethics Committee (protocol no. 1047/08) and the patient signed an informed consent statement. We followed the evaluation and management recommendations put forward by Roach et al. 6 This case was compatible with the diagnostic criteria established for TSC, which were confirmed by the clinical, imaging and histopathological findings and by the presence of a family history.
DISCUSSION
TSC is one of a group of related disorders known as neurocutaneous syndromes or phakomatosis. 2, 3, 8 Other than TSC, the other major disorders in this group include types 1 and 2 neurofibromatosis, Our patient presented classical cutaneous findings, including multiple angiofibromas on his face. These hamartomatous lesions are preferentially located on the nasolabial folds, malar regions (where they usually present symmetrically, in the form of "butterfly wings") and the nose and chin. [2] [3] [4] 6, 12 The differential diagnosis includes acne vulgaris and dermatosis papulosa nigra 3,13,14 ( Figures   1 and 2) . Several cosmetic treatments have been described including curettage, surgical excision, cryosurgery, electrosurgery, dermabrasion, pulsed dye laser and CO 2 laser. However, the recurrence rates are considered to be high. Kidney involvement frequently occurs in TSC cases. The main manifestations are angiomyolipomas, cysts and renal malignancies. [2] [3] [4] 6 Renal angiomyolipoma is a benign tumor composed of three different types of tissue: fatty, smooth muscle and vascular. 17 Angiomyolipoma often occurs in association with tuberous sclerosis between the second and third decades of life in isolated form. 17, 18 It primarily affects women between the fourth and seventh decade of life. The most common signs and symptoms are abdominal pain, palpable abdominal mass, hematuria and other consequences of intra-tumoral hemorrhage. 17, 19 The latter occurs in approximate 25%
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of the patients, and 10% of these patients may present hypovolemic shock in the acute phase. The symptoms and complications of angiomyolipoma are related to its size and rapidity of growth. Lesions greater than 4 cm indicate a greater risk of complications, such as hemorrhage. According to the literature, the treatment depends on the lesion size. 17 Between 40% and 80% of individuals with TSC present renal angiomyolipoma with multiple bilateral asymptomatic tumors, which may be associated with cysts and, less frequently, with renal carcinoma. 17, 18, 20 
